history of headache, fatigue, malaise, intermittent fever, anorexia, weight loss, sore throat and generalized adenopathy with splenomegaly was seen by several physicians and infectious mononucleosis was repeatedly diagnosed. A late-appearing syph-
ilid on the tongue was diagnosed as thrush. The skin lesions were so slight as to be easily missed. Secondary syphilis had not been considered in the differential diagnosis; a VDRL test at the onset of illness would have saved the patient considerable time and expense and protected society from further spread of infection.
As suggested by Volan,8 the physician may sometimes have extreme difficulty in the differential diagnosis of early syphilis with atypical manifestations. This case is an example of how the physician might have made an early diagnosis by not forgetting syphilis and by broadening his indications for serological examination. Such indications should include VDRL tests in ali cases of infectious mononucleosis-like syndromes, hepatitis, pityriasis rosea or fever of unknown origin.
Congenital Pulmonary Lymphangiectasis
ROBERT S. ARKOFF, M.D., San Francisco CONGENITAL PULMONARY LYMPHANGIECTASIS was first described by Virchowl in 1856. In a recent review of this subject, Fronstin and associates2 collected 32 cases from the literature in addition to the case they themselves reported. Four more cases have been reported since.3-6 Most of the reports of congenital pulmonary lymphangiectasis are to be found in the pathological literature. Until the present one, only 13 cases2-'3 had been studied from a radiological standpoint and at least three of the 13 were complicated by other anomalies.
The present report concerns the diagnosis of an uncomplicated case of congenital pulmonary lymphangiectasis in the newborn period. Embryology 
and Pathological Physiology
Between the twelfth and the sixteenth week of fetal life the pulmonary lymphatic tissue is well developed. Later the channels become narrower and the surrounding connective tissue diminishes. Lawrence'4 expressed belief that congenital pulmonary lymphangiectasis stems from a continued growth of these tissues past the fetal stage. This theory appears to be better supported than that of Giammalvo, ' who postulated that this anomaly results from a failure or delay in linkage of isolated lymphatic spaces.
Theros6 correlated the pathological and radiological features of congenital pulmonary lymphangiectasis. Grossly, the lungs are bulky and inelastic. Large cystic spaces are apparent in the subpleural area. On sectioning, cystic lymphatic areas are also found peribronchially and in the interlobular septa. This results in a honeycomb appearance. Microscopically, an increase in fibrous tissue may be seen in addition to the dilated cystic lymphatic spaces. The surrounding alveoli are nearly collapsed and airless, although there may be bronchiolar ectasia.
Report of a Case
The patient was an 8-pound, full-term female infant who was delivered from a 39-year-old Caucasian who had had two previous uneventful pregnancies and healthy offspring. The current pregnancy was complicated by rupture of the membranes 24 hours before delivery. The fetal heart rate was noted to be irregular for four hours before the otherwise uncomplicated labor was terminated by application of outlet forceps. At birth the child did not cry or breathe vigorously and was deeply cyanotic. Respirations were 20 to 30 per minute. There was no chest retraction. Breath sounds, although diminished, were heard slightly better on the right. The heart rate was 80 to 100 per minute. The liver was enlarged down to the umbilicus. Despite therapeutic measures, which included umbilical catheterization for fluid and bicarbonate administration, needle aspiration of left pneumothorax, oxygen therapy, and respiratory assistance with bag and mask and the Bennett respirator, the child died at 51/2 hours of age.
Laboratory data included blood pH of 6.81 (normal 7.35 to 7.42). An electrocardiogram showed right ventricular activation time which was borderline to slightly prolonged and ST depression in leads V-1 to V-4 with inverted T. An x-ray film of the chest (Figure 1 ) at three hours of age showed a generalized interstitial pattern of increased density, interpreted to be due to either lymphangiectasis or to anomalous pulmonary venous return with pulmonary edema. A moderate left pneumothorax and bullous changes on the right were believed to have been induced by resuscitative efforts. The clinical features and the radiographic findings appeared to fit best with congenital pulmonary lymphangiectasis.
At autopsy, the lungs appeared congested and edematous. The pleurae showed occasional small vesicles. On cross section the parenchyma was firm. The cut surface exuded a pink fluid. The interlobular septa were prominent.
On microscopic examination (Figure 2 ), di- lated clear spaces were present in the subpleural area with extensions along the interlobular septa. These spaces, which were up to 2.5 mm across, were lined with a single-layered, flattened endothelium. The alveoli were poorly expanded and contained many intact red blood cells. The bronchial epithelium was intact and the alveolar ducts were not prominent. The pathological diagnosis was congenital pulmonary lymphangiectasis.
Roentgen Diagnosis
Uncomplicated congenital pulmonary lymphangiectasis presents a radiological appearance of generalized interstitial densities. Interspersed may be lucent cystic areas representing dilated bronchioles and alveolar ducts. The diaphragms are either normal in position or depressed. The presence of pneumothorax is not surprising in view of the extreme inelasticity of the lungs, although only two previous instances of pneumothorax have been reported in cases of congenital pulmonary lymphan-
giectasis.3'6
Increased alveolar density due to compressed air spaces or superimposed hemorrhage or pneumonia should not interfere with the recognition of the basic interstitial changes in congenital pulmonary lymphangiectasis.
Differential Diagnosis
Several somewhat similar conditions must be considered in differential diagnosis:
Primary lack of expansion or fetal atelectasis is marked not only by poor aeration, but by high position of the diaphragms, features which distinguish it from congenital pulmonary lymphangiectasis.
Neonatal pneumonia, particularly when due to aspiration, results in great variations in aeration in which focal emphysema is a prominent feature. Congenital pneumonia may be alveolar or interstitial, but in early stages rarely causes the profound cyanosis seen in congenital pulmonary lymphangiectasis.
Congenital cardiac anomalies, when causing neonatal distress, as a rule present with a pattern of interstitial and alveolar congestion and usually cardiomegaly. An exception to this is the presence of anomalous pulmonary venous return with pulmonary hypertension, such as occurs with drainage to the portal system. The roentgen findings may then mimic those of pulmonary lymphangiectasis. When congenital heart disease coexists with congenital pulmonary lymphangiectasis, correct diagnosis will be most difficult.
The premortem diagnosis of pulmonary hemorrhage in the newborn is difficult because of general lack of specific signs or symptoms. Hemorrhage is mainly intra-alveolar, although associated interstitial findings are not rare. This entity probably is a terminal event in most cases. When seen in term births, it is usually as a complication of other pathological states. Gross evidence of respiratory tract bleeding occurs in a significant proportion of these cases.
Mikity-Wilson syndrome, although also an interstitial process, is not usually seen in the immediate newborn period. Wtih few exceptions, it occurs in prematures and has other clinical manifestations that should serve to differentiate it from congenital pulmonary lymphangiectasis.
Summary
Congenital pulmonary lymphangiectasis, although a rare anomaly, has characteristic clinical and radiological patterns which distinguish it from other causes of neonatal distress.
Radiological finding of a diffuse interstitial process in a newborn with profound cyanosis permitted a diagnosis of congenital pulmonary lymphangiectasis in the case reported.
